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Eurasian Clinical and Analytical Medicine

Case presentation

Elif Acar’, Orhan Kayakiran?, Suat Konuk? Emine Ozsari
'Department of Allergy-Immunology, Kayseri Erciyes University Hospital, Kayseri
2Department of Pulmonology, Abant Izzet Baysal University Hospital, Bolu, Turkey

Abstract

Churg-Strauss Syndrome, currently referred to as Eosinophilic Granulomatosis with Polyangiitis, is a multisystemic
disease characterized by asthma and eosinophilia. Diagnostic criteria include Asthma, Abnormalities in the
paranasal sinuses, Eosinophilia > 10%, Neuropathy (mono or poly), Pulmonary infiltrates, and Biopsy with vessel
involvement containing extravascular eosinophilia. EGPA, which can be confused with many other diseases,
should always be considered in the differential diagnosis in the presence of asthma and eosinophilia. In this
case, we discussed Churg-Strauss disease diagnosed in a 43-year-old male patient.

Keywords
EGPA, Asthma, Eosinophilia

D01104328/ECAM10082
Received : 2023-12-26
Accepted : 2024-04-22

Published Online : 2024-04-27
Printed Online  : 2024-05-01

Eu Clin Anal Med 2024:12(2):33-35

Corresponding Author: Orhan Kayakiran, Department of Pulmonology, Abant Izzet Baysal University Hospital, Bolu, Turkey.
- E-Mail: orhankayakiran.7@gmail.com - P:+90 538 23610 11 - Corresponding Author ORCID ID: https://orcid.org/0000-0001-8419-7039
Other Authors ORCID ID: Elif Acar, https://orcid.org/0000-0002-4669-5034 - Suat Konuk, https://orcid.org/0000-0002-8240-4775 - Emine Ozsari, https://orcid.org/0000-0001-5842-7849

How to cite this article: Elif Acar, Orhan Kayakiran, Suat Konuk, Emine Ozsari. Churg-Strauss syndrome: A case report. Eu Clin Anal Med 202412(2):33-35

33



Case presentation

Introduction

Churg-Strauss Syndrome, also known as Eosinophilic Granulomatosis
with Polyangiitis, first described in 1951, is a syndrome characterized by
asthma, eosinophilia, eosinophilic infiltration in tissues, and vasculitis,
with an unknown etiology. In this case, a 43-year-old male patient, who
had been diagnosed with allergic bronchopulmonary aspergillosis
(ABPA) for a year, presented with an increase in shortness of breath
and complaints of skin lesions while under steroid treatment. As the
patient did not respond to steroid and antifungal therapy during follow-
ups, a skin biopsy was performed. Eosinophil-rich vasculitic changes
were observed in the skin biopsy, consistent with CSS. The patient,
diagnosed with CSS based on clinical, laboratory, and pathological
findings, was started on cyclophosphamide treatment. We aimed to
highlight the importance of differential diagnosis in the ongoing follow-
up of the patient.

Case Report

A forty-three-year-old male patient, under follow-up for asthma for
the past two years, presented with increased shortness of breath,
dark sputum, and hemoptysis for the last month. The patient had
been diagnosed with nasal polyposis for four years and underwent
nasal polypectomy surgery two years ago. He has a history of smoking
four packs a year, and coarse rales were noted during the physical
examination. Other systemic examinations were unremarkable. Due
to the presence of a non-regressing consolidated area on the chest
X-ray, a chest CT was performed (Figure 1). The chest CT revealed
dilated bronchi filled with high-density mucus in a central distribution
throughout all lobes of both lungs. The patient was admitted to our
service with a preliminary diagnosis of allergic bronchopulmonary
aspergillosis (ABPA). The admission white blood cell count was 19,000
with neutrophils at 53% and eosinophils at 31%. The total IgE was 1229,
and the sed rate was 59. The patient's skin prick test for Aspergillus was
negative, as were Aspergillus-specific IgE and galactomannan tests.
Branchoscopy was performed, revealing widespread dark secretions in
both lungs. The cytology of bronchoalveolar lavage was eosinophil-rich.
Radiologically and clinically, the patient was diagnosed with ABPA, and
treatment with prednisolone and itraconazole was initiated.

The patient, who has been under observation for approximately one
year, presented to us with newly developed skin lesions due to the lack
of regression in symptoms during follow-up. Lesions were observed
on the distal tibia in front of the ankle, characterized by scattered,
intense, pink-red petechial-style spots, and the formation of plaques
by their combination (Figure 2). Mild coarse rales were present upon
auscultation of the respiratory system. Other system examinations
were normal. Blood pressure: 130/70, pulse: 105, respiratory rate: 20,
saturation: 91. Total IgE was 3990, and peripheral blood eosinophils were
63% (1800). ANA, RF. and other collagen markers, as well as p-ANCA and
c-ANCA, were negative. Parasitological examination of the stool yielded
negative results. Echocardiography and abdominal ultrasound were
evaluated as normal. Sinus CT revealed widespread mucosal thickening
and opacifications related to secretion in the paranasal sinuses (Figure
3). A skin biopsy showed eosinophil-rich vasculitic changes, consistent
with Churg-Strauss syndrome (CSS). The patient, diagnosed with CSS
based on clinical, laboratory, and pathological findings, was started on
cyclophosphamide treatment and is currently under our follow-up.

Discussion

Churg-Strauss syndrome (CSS) was first described by Churg and Strauss
in 1951. While it can occur at any age, it most commonly manifests
between the ages of 38 and 50 (1). CSS tends to exhibit three stages:
the first stage characterized by non-specific symptoms of asthma and
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allergic rhinitis, the second stage featuring hypereosinophilia along
with eosinophilic pneumaonia or gastroenteritis, and the third stage
marked by the onset of systemic vasculitis. These three stages may not
always occur sequentially and can sometimes coexist (2, 3).

The criteria set by the American College of Rheumatology in 1930 for
the diagnosis of Churg-Strauss syndrome include:

- Asthma

- Abnormalities in the paranasal sinuses

- Eosinophilia > 10%

- Neuropathy (mono or poly)

- Pulmonary infiltrates

- Biopsy with vessel involvement containing extravascular eosinophilia
(4).

When four of these criteria are met, a diagnosis can be made with 85%
sensitivity and 99.7% specificity.

Figure 1. Dilated bronchi filled with high-density mucus in a central
distribution throughout all lobes of both lungs.

Figure 2. Lesions were observed on the distal tibia in front of the ankle,
characterized by scattered, intense, pink-red petechial-style spots, and
the formation of plagues by their combination

Figure 3. Widespread mucosal thickening and opacifications related to
secretion in the paranasal sinuses
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Etiology of the disease has been implicated in cocaine use,
bronchopulmaonary aspergillosis, macrolide antibiotics, leukotriene
inhibitors such as zafirlukast, and repeated or widespread non-specific
immunological stimulation (5). Systemic or inhaled antigens can initiate
immunological reactions leading to systemic vasculitis (5). Cases of
CSS emerging when steroids are reduced or discontinued in steroid-
dependent asthmatic patients have also been reported (6). In our case,
while systemic corticosteroid treatment continued due to ABPA, the
onset of symptoms related to CSS led us to consider the syndrome as
Aspergillus-related.

Skin manifestations, observed in approximately 70% of patients, include
erythematous maculopapules resembling erythema multiforme,
hemorrhagic lesions ranging from petechiae with accompanying
urticaria to widespread ecchymoses, and cutaneous/subcutaneous
nodules (2, 6, 7). Purpura and nodules are seen in about two-thirds of
patients and are more related to the involvement of small vessels (10).
The most common clinical cutaneous lesion is a papule or nodule with
a histological structure showing cutaneous extravascular necrotizing
granulomas, with a diameter ranging from 2 mm to 2 cm or more (2).
Our patient had nodular lesions, especially below 1 cm distal to the
tibia, forming a plaque-like appearance. Although not a criterion for
the diagnosis of CSS, the association of ANCA, especially anti-MPO,
in 70% of patients during the active phase has been identified (2).
c-ANCA is common, especially in patients with granuloma formation
(2). However, it is not considered a reliable indicator for monitoring
disease activity (5). Both c-ANCA and MPO-ANCA were negative in our
case. The histopathology of the disease typically shows leukocytoclastic
vasculitis in hemorrhagic areas of the skin. Eosinophils may also be
prominent. While the granulomatous reaction, initially thought to be
a characteristic histopathological feature of CSS, may not always be
present, it is not necessary for the diagnosis (3). The histopathological
examination of our case revealed eosinophil-rich leukocytoclastic
vasculitis, and no granulomatous structure was encountered.

In most cases, asthma precedes vasculitis, and there is a considerable
interval between the two (5). Although asthma may improve with
the development of vasculitis, it often re-emerges as a significant
clinical problem in the post-vasculitis period (2). In our case, there
were no active symptoms or findings related to asthma at the time
of presentation, but there was a history of asthma. The lung is the
most commonly affected organ in CSS, and pulmonary infiltration seen
in approximately 90% of patients is one of the 6 ACR criteria used in
the diagnosis of CSS (5, 9). Usually, transient, patchy or widespread
parenchymal changes or nodules have been reported (9). High-
resolution computed tomography of the chest in our case revealed
widespread, small micronodular parenchymal lesions. Due to the lack
of large randomized, controlled trials comparing different treatment
methods for the disease, determining the optimal treatment is
challenging (10). While corticosteroids provide dramatic improvement,
in cases with severe multisystem involvement, cyclophosphamide
and daily prednisone treatment are recommended (10). In our case,
five of the ACR criteria were present, and the gold standard, biopsy,
was applied. The etiology is not fully explained, but it is considered
secondary to Aspergillus, as the patient's symptoms were highlighted
due to the decrease in steroid treatment. Corticosteroids are used
in treatment and, in cases of insufficient response or the presence
of serious side effects related to corticosteroids, drugs such as
cyclophosphamide, methotrexate, or azathioprine may be added. We
initiated cyclophosphamide treatment in our case, and follow-ups are
ongoing.

Conclusion

In summary, CSS can mimic various other diseases. In this case, we
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demonstrated that our patient, who had been previously followed up
with a different diagnosis, was diagnosed with CSS during subsequent
follow-ups.
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